months of life. In congenital hydrocephalus the intracranial pressure is always considerably raised, but in. this infant it was not very high.
The ventriculographic appearances were quite unlike those of congenital hydrocephalus or of agenesis of the corpus callosum (Lorber 1960) . In fact, I was unable to find a description or an illustration of this particular abnormality, either in original papers (Melchior 1961) or in the largest texts of pneumoencephalography (Davidoff & Dyke 1951 , Davidoff & Epstein 1955 or of pediatric neurology (Ford 1960) .
I have not met this appearance among several hundred ventriculograms which I performed on infants suspected of hydrocephalus or of other neurological disorders. In the absence of correlation of this picture with pathological data it would not be profitable to speculate on the exact anatomical defect responsible for it. 1955: Transfusions became gradually more frequent, until iff the first six months of 1956 they had become three weekly. During this time her spleen had enlarged considerably and evidence of hypersplenism was found in (a) fall in W.B.C. to 3,000-4,000, and (b) fall in platelets to 60,000/c.mm. 1956: Splenectomy was performed by Mr D Waterston, with liver biopsy. Both these organs were siderotic, and there was evidence of early portal cirrhosis. Following splenectomy there was an immediate lengthening of the time between each transfusion to six weeks, and this has been maintained to the present. 1959: Her liver was increasing. Slight cardiac enlargement with forceful left ventricular heave was noticed each time she presented for transfusion. An ECG showed some left ventricular hypertrophy. It was noted for the first time that her y-globulin was markedly increased. March 1961: Two weeks before transfusion was due she presented with cough, breathlessness, loss of appetite and increasing abdominal swelling. On examination: Slightly breathless at rest; inspiratory and expiratory rhonchi throughout the chest. Minimal aedema of legs, slightly raised jugular venous pressure; apex beat difficult to define, with outer border of cardiac dullness in anterior axillary line; heart sounds normal though somewhat quiet. Slight fever. Investigations: Hb 7.3 g% (50%°). Total protein 7.4 g%; albumin and P-globulins reduced, al-and a2-globulins raised, y-globulin greatly increased. X-ray chest: great enlargement of heart shadow, collapse and consolidation of left base, small bilateral pleural effusions. ECG (Dr G R Graham): Moderate left ventricular hypertrophy with strain.
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Initially it was thought that she had developed the cardiac failure seen terminally in h2emochromatosis. Digitalis, antibiotics, morphia, diuretics and two slow, packed-cell transfusions improved her cedema, chest signs and general condition. Her heart shadow remained large, though the lung fields cleared. The fever continued, slight and intermittent.
Pericarditis with effusion seemed most likely (Dr R E Bonham-Carter). Aspiration with biopsy of the pericardium (Mr Waterston): 700 c.c of dark blood-stained fluid was obtained which was sterile on bacterial culture. Biopsy (Dr M Bodian) showed subacute inflammation with proliferation of fibroblastic tissue, but with only slight hmmosiderosis.
Post-operatively her recovery was punctuated by transient left pleural effusion, an aspirated specimen of which was sterile on culture. She returned home, afebrile and asymptomatic, with a chest X-ray showing slight residual cardiac enlargement. Discussion: Acute pericarditis, almost always benign and usually with effusion, has been reported a number of times in thalassmemia major (see bibliography). The etiology is unknown but the following interesting features have yet to be explained:
(1) Pericarditis occurs relatively late in the course of thalassemia. The average age of onset in reported cases is about 12 and it rarely occurs before the age of 10.
(2) Ten of 12 cases reported by Master et al. (1961) had had previous splenectomies. Splenectomy appears to predispose to this condition and for this reason an infective agent has been postulated, though no bacterium or virus has yet been recovered.
(3) There is often an accompanying pleural effusion (as in our case and 3 of Master's cases).
(4) In 7 of the 12 cases reported by Master et al. the pericarditis recurred, in 2 more than twice and in 1 five times. (5) In 1 case report (Farber & Vawter 1960) pericardial biopsy showed no iron deposition and, as in the present case, merely the changes of a subacute or recurrent pericarditis. (6) The pericarditis is not related to the relentless cardiac failure that often terminates thalassamia major, though it may be accompanied by a mild degree of transient cardiac failure (as in our case and 4 of Master's series). Female infant, aged 13 months History: The patient first presented with persistent cyanosis after birth. Labour was induced by artificial rupture of the membranes at 42 weeks because of hypertension. There was no albuminuria. The first stage of delivery lasted twelve hours and the second stage ten minutes. The umbilical cord was twisted once round the neck. The infant weighed 7 lb 4 oz; her condition at birth was poor and regular respiration started at five minutes. She remained grey-blue for twenty minutes but then rapidly improved. Chest X-ray on the first day, however, showed consolidation of the right lower lobe. Breast and bottle feeding were attempted after twelve hours but were unsuccessful. During feeds milk regurgitated through her nose and she developed respiratory distress, cough and cyanosis. On examination there was a pool of milk and mucus at the back of her throat and nasopharynx. The palate moved poorly during crying but the gag reflex was absent. She was nursed sitting up in a hiatus hernia chair, the feeds being thickened and given mostly by tube. On the eighteenth day there was a recurrence of right lower lobe consolidation. At four weeks of age, during an oral feed, she collapsed, became flaccid and cyanosed. Respiration ceased for three minutes. She was thought to have had a syncopal attack following aspiration of milk into the respiratory passages. Subsequently all feeds were given by tube until 6* months of age when oral feeds were successfully reintroduced. She was able to swallow solids as well as fluids apparently without difficulty, but on one occasion at 12 months of age milk regurgitated through her nose. Growth in height, weight and skull circumferencewere normal. Herdevelopment at first appeared to be retarded but at 13 months was within normal limits. She could say six words clearly and with meaning. Her developmental quotient (Gessell) was assessed as 55, 64 and 92 at 18 weeks, 7 months and 13 months respectively. Investigations: Cineradiographic studies of barium swallows (interpreted with the help of Dr G M Ardran): At 13 and 19 weeks there was inadequate sucking and a poor bolus. Compared with normal infants there was inefficient sweeping back of bolus by the tongue and poor propulsion into the pharynx. The soft palate appeared flaccid and showed inco-ordinated movements consistent with passive displacement by the bolus and dorsum of the tongue. It did not participate actively in either guiding the bolus through the retro-oral portal or in preventing regurgitation into the nasal cavity. The upper part of the pharynx showed no co-ordinated contractions, milk appeared to enter, and fall through it by gravity. Co-ordinated pharyngeal movements started at the level of the larynx. When the lower pharynx contracted, some of the milk was forced upwards causing regurgitation into the nose. Laryngeal closure was competent but when thelaryngeal aditus opened for respiration some barium was aspirated into the trachea, which was clearly outlined. At 28 weeks, although the appearance was essentially the same, there was more efficient swallowing because of improved backward propulsion of the bolus by the tongue. No barium was seen to enter the trachea.
Electromyography (EMG) of the soft palate showed normal motor activity. Pressures in the pharynx, in the area of the cricopharyngeal sphincter and in the cesophagus were measured during swallowing by Dr B Creamer and found to be normal (Colley & Creamer 1958) .
Comment: Difficulty in swallowing was due to inco-ordination of muscles of the tongue, soft
